Abstract: Carcinosarcomas are rare tumours, which have both epithelial, and connective tissue elements. They are most commonly seen in the female genital tract. Rarely they arise from the gastrointestinal tract. We report a case of Carcinosarcoma arising as a primary in the spleen of a male aged 60yrs.The most unique feature of this tumour is the presence of osteosarcomatous element. This report highlights the importance of clinical awareness of such rare tumours and gives a brief overview on presentation, probable aetiology, diagnosis and management with literature review of carcinosarcoma.
Introduction
This is a case report of a rare form of malignancy arising primarily from the spleen. Its distinguishing feature is the presence of both stromal and epithelial malignant differentiation. We hope this case brings awareness regarding carcinisarcomas.
Case report
A 60-year-old gentleman was admitted to the hospital with a two month history of persistent left upper quadrant pain, weight loss and shortness of breath. He had no significant past medical history. Physical examination was unremarkable with no obvious palpable mass in the abdomen. Screening blood tests showed high inflammatory markers with a white cell count of 20000 and eosinophilia. Chest x ray and abdominal x ray were both normal. The patient then had an ultrasound and CT scan of the abdomen, which revealed a massively enlarged spleen with multiple cystic areas but no obvious lymphadenopathy or other masses.
In February 2005 the patient underwent exploratory laparotomy and subsequent splenectomy. The spleen was found to be enlarged with adherence to pancreas and diaphragm. Surgery was considered incomplete as there was possibly some residual disease on both the diaphragm and pancreas post excision.
No other masses were noted in the abdomen and all other organs appeared normal.
Gross examination
The spleen was enlarged, weighing 2330 grams and measuring 255 × 150 × 110 mm. On slicing, there were large necrotic nodules with pale cut surface, measuring up to 90 mm in maximum diameter.
Microscopic examination
Sections were stained with haematoxylin and eosin. These revealed a high-grade malignant pleomorphic spindle cell tumour with areas of necrosis and numerous mitotic figures. Some areas showed osteosarcomatous differentiation. 
Immunohistochemistry
Immunostaining revealed focal positive staining with Smooth muscle actin and Desmin. There was focal positive staining with epithelial markers AE1/AE3 and EMA. Staining for S100, HCG, LCA, CAM 5.2 and MNF116 were negative. To summarise, this was a poorly differentiated malignant tumour with osteosarcomatous differentiation and focal but convincing immunostaining with epithelial markers. This is consistent with a carcinosarcoma showing heterologous (osteosarcomatous) differentiation. Post operative investigations with tumour markers, CT scan of chest, abdomen, and pelvis, ultrasound of the testis, upper GI studies and colonoscopy did not reveal any extra splenic primary neoplasm.
The patient was however readmitted a month after surgery with shortness of breath and a repeat CT scan of chest showed suspicious shadows suggestive of metastatic disease to the lung. The other abnormality was a raised beta hCG at 299 (normal<3). This led to the possibility of a metastatic germ cell tumour. Patient was investigated with testicular ultrasound however it did not show any evidence of a primary testicular or extragonadal germ cell tumour. Meanwhile patient's beta hCG continued to rise with a fast doubling time and with in a few weeks the levels were 527.
In terms of treatment we reviewed all cases of carcinosarcoma reported so far but unfortunately none of them discussed management. We treated our patient with Cisplatin and Etopside. Initially hCG levels fell, but they rose rapidly with beta hCG being 2138 in the end stages.
His clinical condition deteriorated and he developed metastatic disease to the lungs, bone and brain from which he died only three months after his splenectomy.
Discussion
Carcinosarcomas are biphasic tumours characterised by the presence of epithelial and stromal malignant differentiation. These rare tumours commonly arise from the female genital tract [1] , the lung, head and neck areas [2] . Carcinosarcomas rarely affect the gastrointestinal tract, most of which have been reported in the oesophagus and stomach (30 cases) [3] . In a systematic review of literature dating back to 1950 we found 9 cases of Carcinosarcomas [4] of the colon and only one case reported by Westra [5] affecting the spleen that morphologically resembled Mixed Mullerian Tumours of the female genital tract. Similar to our case the neoplasm comprised of both stromal and epithelial components. This is the first reported case of carcinosarcoma affecting the spleen as a primary in an otherwise healthy male.
The concept of primary splenic carcinosarcoma raises interesting questions regarding the histogenesis of such neoplasms. Surface mesothelium has been proposed as the origin of splenic epithelial tumours. Moringaga [6] reported a case of mucinous cyst adenocarcinoma of the spleen; they believed the neoplasm arose from invaginated mesothelium that had undergone malignant transformation. There is also a possibility that such tumours arise from a pre-existing embryonic rest. We believe in our case, the neoplasm probably arose directly from the spleen, in the absence of evidence to support pre-existing embryonic rest or metastasis from other sites. All the reported cases of carcinosarcoma reveal poor outcome with regards to prognosis irrespective of the type of chemotherapy with only one case showing 14-month survival rate [7] . This may be because of the rapid spread and highly invasive nature of these lesions. The other interesting factor in our case was the abnormally high beta hCG without any evidence of a primary testicular tumour or extragonodal germ cell tumour. Beta hCG is a very specific marker which is used to diagnose germ cell tumours. We were confused by this finding in our patient as it is unusual for this to be elevated non-specifically. Literature search on this was not very promising except for one reported case which discussed a possibility of raised beta hCG as a paraneoplastic syndrome [8] but production by sarcomas is uncommon and rare. They found a few cases: one chondrosarcoma, four leiomyosarcomas and five osteosarcomas with high levels of beta hCG. We also discussed the possibility of germ cell metastasis to the spleen where the primary may have regressed, but this would be highly unlikely as splenic metastasis is very rare and the disease has to be widely disseminated before it affects the spleen. Further Medline search on germ cell metastasis to spleen did not reveal any reported cases. In our patient we believe that this raised beta hCG might have been a non-specific marker. This case illustrates the general oncological rule that unusual cancers often behave very aggressively and the patient prognosis is poor.
In summary we describe a very rare case of carcinosarcoma presenting as painful splenomegaly in an otherwise healthy male. This splenic neoplasm was unique as it showed both chondro-and osteosarcomatous differentiation. Little is known regarding the histogenesis and treatment of such tumours and further evaluation of these rare carcinosarcomas is needed.
